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17 Japanese patients with pemphigus vulgaris w er e 
examined by HLA typing. HLA-DRW2 w as found in none 
of them as comp ared to 56 (39%) of 144 J apanese controls 
(p = 0.02). The associa t ion of HLA-DRW4 with pemphi-
gus vulgaris was not r ecognized in our s tudy. HLA-A, B 
and C typings wer e a lso per formed, showing relatively 
high frequen cies of B15, BW35 a nd CW4. H owever, the 
occu r r ence of these specificities was not s tatistically 
significant. It is suggested that DRW2 plays an impor-
tan t role in th e su sceptibility to p emphigus vulgari s . 
It has been widely accepted that human HLA complex ap-
pears to play a n important role in the susceptibili ty to certa in 
diseases. Examples of the association between skin diseases and 
HLA among Japanese are psoriasis and Al and B37 [1] , pso-
riatic arthri t is and B27 [2], and Behcet's disease and B5 [3]. 
Pemphigus vulgaris is a rare bullous dermatosis which is 
immunologically characterized b,y the presence of autoantibod-
ies against intercellular substance of the epidermis [4]. HLA 
antigens occur red in ·pemphigus vulgal'is wi th high frequencies 
are B 13 or A10 in Caucasoid [5, 6], DRW4 in J ewish [7], and 
AlO in Japanese [8]. 
In t he present study, we have had a particular in te rest ma inly 
in HLA-DR typing. HLA-DR has been im pli cated in human 
equivalent of the mouse I region of major histocompatibili ty 
complex which controls immune responses to a variety of 
antigens. 
Patients and Methods 
17 J apanese patients with pemphigus vulgaris (5 males and 12 
females, aged between 38 and 69) were typed for HLA by the m icro-
droplet lymphocyte cytotox icity test previously described [9]. These 
patients were d iagnosed based on the cl inica l, histopathological and 
immunoflu orescence examinations. As controls, 144 normal J apanese 
were a lso typed. T he specificities of HLA examined a re listed in T able 
1. 
RESULTS 
There was no difference in the occurrence of HLA-A speci-
fic it ies between the patients and the controls. 
Concerning HLA-B a nd C antigens, B15, BW35 a nd CW4 
were shown in relatively higher frequencies among the pa tients 
than the controls. B15 was present in 8 patients (47%) as 
compar ed to 19% controls (14%). BW35 was detected in 7 
patients (41%) and 17 controls (1 2%).4 patients (24%) and 8 
controls (6%) showed CW4 specificit ies. H owever, these differ-
ences were not statistically significant . 
With regard to HLA-DR specificit ies, none of 17 patients 
demonstrated DRW2 in contrast wi th 56 (39%) among 144 
controls (p = 0.02, corrected) (Table II) . DRW4 was present in 
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TABLE 1. liLA Sp ecificities exam.ined in the presen.t study 
HLA-A HLA-B HLA-C HLA-D R 
Al B5 BW35 CWI DRWI 
A2 B7 BW38 CW2 DR W2 
A3 B8 B W39 CW3 DRW3 
All B13 BW44 CW4 DRW4 
A26 B14 BW45 DRW5 
AW 23 B15 BW49 DRW7 
AW24 B17 BW50 
AW30 Bl8 BW5 1 
AW3 1 B27 B W52 
AW32 B40 BW54 
AW33 BW22 BW69 
TABLE II . liLA -DR frequency ill the patients with Pemphigll S 
Vulgaris 
HLA Pemphigus vulga ris Control 
a ntige ns frequency (n= 17) frequency ( 144) 
DHWI 6 15 
D HW2 0" 39 
DRW3 6 1 
DRW4 41 33 
DRW5 6 4 
D RW7 0 0 
.. p = 0.0033, corrected p = 0.02. 
7 pa tients (41%) a nd its frequency was not statistically different 
from that of t he controls (33%). 
DISCUSSION 
In the present study, HLA-DRW2 was found to be associated 
wi th none of J apanese pemphigus vulga ris as compal"ed to 39~ 
of normal subjects. Associa tion of other DR specificit ies with 
the disease was not statistically different between the patients 
and the controls. According to Park et al [7], a high frequency 
(91%) of DRW4 a nd no difference in occurrence of DRW2 
among 23 J ewish patients are detected. These contradicting 
resul ts are not surprising since the prevalence of HLA frequen-
cies associated wit h certain diseases might be plemorphic 
among different races. 
In the study wit h 43 J a panese pemph igus patients, H ashi-
moto et al [8] have found a high frequency of HLA-A10. This 
specificity is now splitted into A25 and A26 and we could not 
detect significant high occurrence of either A25 or A26. H ow-
ever, the number of t he patients may be small and we feel t hat 
more cases should be examined. T aken our a nd H ashimoto's 
resul ts together, it is concluded that at least HLA-DRW2 and 
HLA-AlO a re t he genes which control the susceptibili ty to 
pemphigus vulgaris among J apanese . 
The au thors acknowledge t he skillfu l technical assistance of S hirley 
Louie and Steve T akemuru. 
Jan. 1981 
REFERENCES 
1. Ohkido M , Ozawa A, Matsuo I, et a l: HLA and la antigens and 
susceptibility to psoriasis vulga ris, 1st In t. Sym. on HLA and 
Disease, Paris, June 23-25, 1976 
2. Has himoto K, Okabe N, Nakat.a S, et a l: Psoria tic arthritis and 
HLA a ntigens. J ap J Dermatol 89:695-698, 1979 
3. Hoshino K, Inoue H, Un ikuchi T, et a l: HLA and disease in Japan 
(a bstract). 1st Sym. on HLA and Disease, Paris, June 23-25, 1976 
4. Beutner EH, Chorzelski 1'P, Bean SF (eds. ): Immunopathology of 
the S kin , 2nd Ed. John Wiley and Sons Inc., N ew York, 1979 
HLA-DR AND PEMPHIGUS VULGARIS 71 
5. Krain LS, 1'erasaki PI, Newcomer VD, et a l: Increased frequency 
of HLA-AlO 111 pemphIgus vulgaris. Arch Dermatol 108:803-805, 
1973 
6. Katz sr, Dahl MV , Penneys N, et a l: HLA antigens in pem phigus. 
Arch Dermatol 108:53-55, 1973 
7. Park MS, 1'erasaki P I, Ahmed AR, et a l: H LA-DRW4 in 91% of 
J ewish pemphigus vulgaris patients. Lancet 1:441- 442, 1979 
8. Hashimoto K, Miki Y, Nakata S, et. a l: HLA-A10 in pemphigus 
among J a panese. Arch Dermatol 113:1518-1519, 1977 
9. 1'erasaki PI, McClella rd JD: Microdroplet assay of human serum 
cytotoxins. Nature 204 :998- 1000, 1964 
Announcement 
3rd Annual Dermatopathology Colloquium 
This meeting will take place at Guy's Hospital, London, SEI on July 11, 1981 immediately preceeding 
the International Dermatopathology Symposium. Fw-ther information regarding applications for atten-
dance and details relating to submission of abstracts may be obtained fi'om Dr. D . M. MacDonald, 
Department of Dermatology, Guy's Hospital, London, SEI 9RT. 
